Monoclonal gammopathies (MGs) are characterized by a group of disorders in which clonal plasma cells or B-lymphocytes produce excess amounts of immunoglobulins or components of immunoglobulins. In children, MGs are rare and reported with a frequency of 3.9%. Fanconi syndrome (FS) is a congenital or acquired disease of the proximal renal tubules resulting in variable degrees of phosphate, glucose, amino acid, and bicarbonate wasting. Acquired Fanconi syndrome (AFS) due to MG is caused by the accumulation of free light chains (primarily kappa type) in the proximal tubules. AFS is a rare complication and seen primarily in adults. Herein, we present a case of a 6-month old male born preterm found to have features consistent with AFS as well as an MG in the urine. The infant is a 6-month-old transferred to our facility for higher level of care found to have a constellation of findings consistent with congenital versus AFS. Congenital FS was ruled out based on negative molecular genetic testing. Urine amino acid analysis showed aminoaciduria. Additionally, monoclonal IgG lambda and monoclonal free lambda light chains were found on urine protein electrophoresis and immunofixation. Given the presence of an MG with no evidence of congenital FS and no other possible acquired forms a diagnosis of AFS secondary to MG was made. In conclusion we describe a case of pediatric AFS in the presence of a MG. In children MGs are a rare disorder and AFS attributed to MG is primarily seen in adults. To our knowledge, there have been no previously reported cases of AFS in an infant due to MG. Additionally, this case serves as an extremely rare variant of MG associated AFS in that the lambda type MG is present.
